Marquardt and Loriaux (I974) describe a kinship of two siblings with the combination of diabetes mellitus, diabetes insipidus, and optic atrophy in which there was additional evidence of renal tract dilatation, amino-aciduria, and neurosensory hearing deficit. These authors cite 41 cases of optic atrophy and diabetes mellitus reported since an association of these conditions was first described by Wolfram (I938). Damaske, Cohen, Gutman, and Schumacher (1975) reassess these and three more cases to review a full syndrome of diabetes mellitus, diabetes insipidus, and optic atrophy. A total of 22 cases of the full syndrome are presented in these two publications.
amino-aciduria were also highly variable, but may have been missed in earlier cases (Tunbridge and Paley, 1956) .
No patients with this syndrome have come to necropsy, although two have undergone craniotomy. In these (Sunder and others, 1972; DeLawter, 1949 ) the only abnormal findings were arachnoiditis in the region of the optic chiasm. Single cases of the syndrome have occurred at the age of 14 after head trauma (Chute, Rebham, Bain, and Kruyff, I962) , with haemorrhagic softening of the hypothalmus (Chute and others, i962) , and after a prolonged febrile illness of unknown origin (Rose, Fraser, Friedmann, and Kohner, I966) . One case has been reported of a patient with LaurenceMoon-Biedl syndrome who also had diabetes mellitus, diabetes insipidus, and optic atrophy in addition to retinitis pigmentosa (Faccaro and Gastaldi, 1952) .
The combination of diabetes mellitus, diabetes insipidus, and other less commnon pituitary abnormalities strongly suggests that the causative lesion is in the region of the hypothalmus, but the pathogenesis remains a mystery. The frequent involvement of siblings is strong evidence for a genetic origin, although there is only one report of the condition affecting more than one generation (Shaw and Duncan, 1958) . The mode of the inheritance, if it is indeed a single genetic abnormality, would be most consistent with an autosomal recessive gene (Rose and others, I966; Sunder and others, 1972; Bretz, Baghdassarian, Graber, Zacherle, Norum, and Blizzard, 1970 Visual acuities were 20/200 in each eye for distance, improving to 20/100 in each eye for near, and to 20/70 when tested binocularly for near. Anterior segment examination was completely normal, as were ocular motility, intraocular pressure, and pupillary examination (although later pupillography showed minor reduction in the pupillary light reaction and increase in the latency of this reaction). There was bilateral optic atrophy and minimal pigment mottling at both maculae. Visual fields showed bilateral dense central scotomata and arcuate type defects (Fig. I ). There was a dense achromatopsia consistent with the degree of visual acuity and visual field loss. Fluorescein angiography was normal. Serum cortisol levels were reduced at I3-1 (8 am) and 8-8 j.g/Ioo ml (io am), the normal range for this laboratory being 10-22 FLg/Ioo ml for morning specimens. T,, T4, and Ts radioimmunoassay were all normal. Serum biochemical values and haematology scan were unremarkable save for raised blood sugar. Audiography showed no hearing loss.
The patient was discharged with a diagnosis of (a) pitressin-sensitive diabetes insipidus; (b) The visual acuities were 20/70 right eye and 20/50 left eye with maximum correction. Anterior segment examination was normal, as were ocular motility, intraocular pressure, and pupillary examination. Fundoscopy showed bilateral, though minor, optic atrophy, especially at the temporal margin of the discs. The visual fields showed bilateral arcuate defects of fairly minor degree (Fig. 3) . Colour vision and fluorescein angiography were normal. The patient was discharged with a diagnosis of (a) clinical diabetes mellitus, (b) bilateral optic atrophy, (c) bilateral hydronephrosis and dilated bladder with residual urine, and (d) possible borderline diabetes insipidus.
Treatment at this time was insulin and urocholine. On follow-up there was no real alteration in symptoms or signs and, in particular, there was no change in ophthalmic findings and no apparent progression of visual field or acuity deficits. An audiogram was normal save for some loss in the higher frequency range (Fig. 4) .
FAMILY HISTORY
Both these children were the result of normal pregnancies and, apart from the usual childhood diseases, they had suffered no serious illnesses. Diet for the affected cases, as for the entire family, was normal and complete, and there was no history in either case of any significant previous trauma. The affected children were two of four siblings. After full ocular examination of both the unaffected siblings, both parents, and all of the parents' siblings, including visual acuity, Goldmann visual field, and fundus examination, there was no evidence that any other member of the family was visually affected (Fig. 5) 
